A 67-year-old man with a periaortic mass (Picture 1A, arrows) presented to our hospital because of acute chest pain. Coronary angiography revealed severe stenosis in the distal right coronary artery. Intravascular ultrasound (IVUS) showed large low-echoic lesions (Picture 2A-C, arrowheads) on the outer side of the media, corresponding to plaque rupture (Picture 2A, asterisk). These IVUS findings differed from those of coronary dissection. Balloon angioplasty was successfully performed. His serum IgG4 level was 197 mg/ dL (reference range, 4.8-105 mg/dL). Computed tomography (Picture 1A) and 18F-fluorodeoxyglucose positron emission tomography (Picture 1B) findings were consistent with retroperitoneal fibrosis, which is an IgG4-related disease. After 11 months of steroid therapy, the patient's serum IgG4 level decreased to 48 mg/dL and a marked reduction in retroperitoneal fibrosis was observed on computed tomography (Picture 1C, arrows). The low-echoic lesions, considered to indicate IgG4-related periarteritis, were also markedly decreased (Picture 2A'-C', corresponding to 2A-C). This case is the first report of an IVUS-confirmed morphological change after steroid therapy in a patient with IgG4-related periarteritis.
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